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reaction of the muscles is demonstrably changed. The degree of bony
atrophy varies with the age at onset, being greater the earlier the disease
started. Often the muscles of the tongue, jaws, and pharynx share in
the wasting. Certain associated changes are commonly but not invari-
ably found in the affected areas, the most notable being Hornefs
syndrome (see p. 417), alopecia, sclerodermia, and pigmentary changes
in the hair, skin, and iris.
(cl) Course and Prognosis
There is not any known method of arresting the process once it has
begun, but it may cease spontaneously at any stage. This rarely happens
before the patient's appearance has become so changed that the halves
of his face seem to belong to two different persons. Occasionally the
atrophy spreads beyond the face to the neck, chest, and arm, or even
to the whole of the same half of the body. Archamhault and Fromm
(1932) stated that about twenty-three cases of total progressive hemi-
atrophy had been recorded.
(<?) Diagnosis and Differential Diagnosis
In its established form the appearances of progressive facial atrophy
are characteristic and cannot be confused with any other disease. In a
case seen for the first time at an early stage it is necessary to distinguish
marked facial asymmetry of a congenital kind or resulting from a
torticollis which has been present from youth. Such asymmetry, how-
ever, is never accompanied by the changes in the skin and subcutaneous
tissues with the deep furrowing seen in progressive facial hemiatrophy.
(/) Treatment
Its ill defined relation to sclerodermia and the fact that the cervical
sympathetic has shown morbid changes in the few recorded necropsies
have suggested to some that benefit may result from the removal of the
sympathetic nerve-supply to the afTected area. Surgery is also useful
for cosmetic repair when the atrophy has ceased spontaneously. The
older authorities advised the injection of melted paraflin, but this is
not free from risk and is seldom satisfactory. Plastic surgery has met
with more success.
(2)—Total Hemiatrophy
Apart from the rare cases of progressive facial hemiatrophy which
involve the whole of one side of the body, total hemiatrophy of a kind
may follow damage to the central nervous pathways. When this occurs
at an early age, imperfect development of the afTected side of the body
often results. The commonest clinical example of this is infantile
hemiplegia, in which the whole of one side of the body in severe cases
or merely the affected hand and foot are slightly but measurably
smaller chan the corresponding normal parts (see Vol. II, p. 340).
Lesions in the parietal cortex or subcortical region of the brain some-

